Intra-abdominal Desmoid Tumor
KIMBERLY I. STANEK, BA Desmoid tumors, aggressive fibromatosis, are neoplasms that rarely become malignant and do not metastasize. These tumors often infiltrate and destroy adjacent vital structures and organs. The exact etiology of these tumors is unknown, but there are three known factors associated with desmoid tumors: a genetic, a hormonal, and a physical factor related to trauma. As with this case, a sonogram is commonly the first diagnostic examination that is performed to determine the identity of the soft tissue tumor.
Key words: desmoid tumor, aggressive fibromatosis, sonography, Gardner syndrome, familial adenomatous polyposis and heterogeneous. The mass measured 5.1 × 2.5 × 2.3 cm (Figures 1, 2) . The mass was shown to be vascular by color Doppler (Figure 3 ). The patient opted for surgical removal of the mass, and histopathological analysis revealed that the mass was a desmoid tumor.
Discussion
Desmoid tumors are rare, with less than two diagnosed patients per million people per year. Common symptoms of desmoid tumors include painless swelling, bowel obstruction, or pain due to compressed nerves or muscles. 2 The etiology of these tumors is unknown, but an association occurs in patients with a history of abdominal surgery, trauma, pregnancy, estrogen therapy, familial adenomatous polyopsis, and Gardner syndrome.
Desmoid tumors may occur sporadically or in association with a genetic abnormality called familial adenomatous polyopsis (FAP). Approximately 18% of patients with FAP develop desmoid tumors. 2 Gardner syndrome is a variant of FAP and is characterized by the presence of gastrointestinal polyps, osteomas, and desmoids. Sporadic tumors are more frequently diagnosed in women than in men with a 3:1 ratio. 3 There is a higher incidence of desmoid tumor occurrence in women who have been pregnant. 4 It is common for desmoid tumors to grow during pregnancy and regress after delivery. 3 The histology of a desmoid tumor consists of interwoven bundles of spindle cells with various amounts of collagen. The tumor infiltrates the surrounding muscle but not the skin. 5 These tumors lack a true capsule and frequently invade surrounding structures. By sonographic examination, desmoid tumors appear as well-defined lesions with variable echogenicity. Definitive diagnosis of desmoid tumors is determined by histopathological analysis. Differential diagnoses include acute hematoma, endometriosis, fibrosarcoma, lymphoma, neurofibroma, or benign fibrous tumor.
Unknown etiology and different locations of desmoid tumors make treatment difficult. 1 The goal of treating desmoid tumors is local control. The most definitive method of treatment is surgery. The recurrence rate of desmoid tumors is 20% to 30%, depending on the location and extent of the surgery. 2 Patients who cannot tolerate surgery or those with inoperable tumors or local recurrences must rely on alternative therapies. Radiation, nonsteroidal anti-inflammatory drugs (NSAIDs), antiestrogens, interferon, and chemotherapy are commonly used with varying success. 3
Conclusion
Desmoid tumors are benign, but they can invade locally and have a tendency to recur. By sonographic examination, the tumors are well defined and have varying echogenicity. Although there are many differential diagnoses, desmoid tumor should be considered when an abdominal mass is seen and associations including trauma, surgery, pregnancy, or familial adenomatous polyopsis are present.
